Deformities.-Contractures are present, affecting nearly every joint of the limbs. 1.-Upper limb: both scapula elevated giving rise to appearance of very short neck; movements of shoulders greatly restricted. Right elbow has full range of movement. Left elbow: extension beyond a right angle impossible. Wrists apparently normal. Fingers are all flexed and cannot be straightened. Additional deformity of metacarpo-phalangeal joint of thumb (see X-ray pictures). Comment.-This condition is characterized by " multiple congenital articular rigidity" (Sheldon [1] ) and is variously known as amyoplasia congenita, myodystrophia foetalis, arthrogryphosis multiplex congenita and multiple articular rigidity. There may be a very wide distribution, as in this case, or only one or more groups of joints, usually symmetrically, may be involved. The joints may be found either in flexion or extension, according as to which muscle group is predominating. Very typical, however, is the ulna adduction of the fingers and the anterior dislocation of the metacarpo-phalangeal joints of the thumbs.
The disease was originally considered to be a primary disease of joints. More recently it has appeared as a myopathy, although the actual abnormality of muscle seems to be quantitative rather than qualitative. Stewart Middleton [2] has drawn attention to the resemblance to a sporadic disease occurring in sheep. Should the two prove to be identical, it will be of great interest, because Fraser Roberts [31 has been able to show by selective breeding that in sheep the condition depends upon " the homozygous state of an autosomal recessive factor." D. S. Price [4] describes a case of a child, which came to autopsy, in which there was extensive degeneration of the spinal cord with signs of chronic inflammation. Although this casts doubt upon the disease being primarily one of muscle, it is difficult to accept a neuropathic origin without further confirmation.
